L iving with a genetic condition as well as a lifelong disease can be stressful, and patients' need to find ways to adjust is crucial for their well-being and functioning. 1 A hereditary condition such as familial adenomatous polyposis (FAP) requires the commitment of patients to utilizing healthcare services throughout their lives, dependence on a lifetime program of endoscopic surveillance, and often several prophylactic surgical operations to prevent gastrointestinal cancer. This situation may have a considerable impact on such patients. In the western world, a consensus regarding the clinical management of FAP has existed for several years. 2 However, there are no guidelines regarding psychosocial care, which could be explained by the lack of research in this area.
Familial adenomatous polyposis is an inherited autosomal dominant disorder, which means that a child of a parent with FAP has a 50% risk of inheriting the syndrome, which includes the formation of numerous polyps with cellular changes (adenomas) in the colon, rectum, and duodenum. These adenomas will eventually progress to cancer. 3 To prevent colorectal cancer, prophylactic surgery is normally performed between the ages of 18 and 20 years, with removal of the colon (colectomy). Mortality from gastrointestinal cancer would be almost 100% without follow-up and prophylactic surgery, and half of these patients would die of cancer before the age of 50 years. 4 The 2 most common surgical procedures are ileorectal anastomosis (IRA) and ileal pouch anal anastomosis (IPAA). When IRA is performed, the large intestine is removed and ileum is anastomosed to the rectum. To create an IPAA, both the large intestine and rectum are first removed, and the last part of ileum is turned into a pouch, which is sewn onto the anus. 5 A third, and less common, method of surgery to prevent colorectal cancer in FAP patients is through the creation of a permanent ileostomy. The large intestine is removed, and the ileum is then attached to the abdominal wall (stoma). After the creation of a permanent ileostomy, there is a very low risk of developing cancer, and thus, there is no need for regular endoscopic surveillance (except for examination of the duodenum). 6 The lifetime risk of additional operations (IPAA or permanent ileostomy) because of polyposis or cancer in the remaining rectum or pouch is approximately 70%. 3 There is also a risk that patients will need surgery because of polyposis or cancer in the duodenum. Preliminary data from the Swedish Polyposis Registry show that, by the age of 60 years, 15% of the patients have had their duodenum removed. All patients require a lifetime program of endoscopic surveillance once every 6 to 24 months, depending on the surgical procedure used. 3, 5 In addition, investigation of the stomach and the duodenum (gastroscopy) is recommended from the age of 25 years because of the risk of severe polyposis or cancer in the duodenum. 2, 5 Previously reported psychosocial concerns in patients with FAP are fear and anxiety about their future health and the risk of passing on the disease to their children. 7Y9 Patients with FAP are normally free of symptoms before surgery but report problems related to bowel function postoperatively. Symptoms described after surgery are leakage, difficulty in distinguishing gas from feces, perianal skin problems, symptoms of small bowel obstruction, dietary restrictions, and an increase in defecation frequency. 10 Patients with IPAA often report more symptoms than do patients with IRA. 10 An association between symptoms of decreased bowel function and social restrictions has previously been reported 10, 11 ; however, decreased bowel function has not been found to impact health-related quality of life. 11, 12 Furthermore, sexual function, 11 including body image, has been described to be negatively affected by surgery. 8 It has been suggested that single or young patients undergoing surgery 7, 8, 11 and those with a desmoid tumor (a locally infiltrating and occasionally life-threatening lesion) are in need of extra psychosocial support. 13 The Swedish Polyposis Registry for patients with hereditary polyposis syndromes was established in the late 1950s, with the aim of preventing colorectal cancer and mortality from FAP by offering regular checkups for those at risk. This registry provides genetic counseling and information to families and healthcare providers, coordinates care for patients at the specialized clinic, and performs endoscopic examinations. A clinical nurse specialist works at the registry together with a medical doctor. The register now contains 2,500 individuals from 225 families, of whom approximately 350 are currently living with the disease and 25% attend the outpatient clinic. 3 It can be concluded that patients suffer from functional impairments after surgery and that negative effects on social life and uncertainty over future health are a reality for many. Existing reports are commonly based on quantitative design using standardized questionnaires for data collection, with the aim of studying bowel function in relation to different prophylactic surgery used. To our knowledge, there has only been 1 previous study using a qualitative method to investigate patients' concerns related to living with FAP. 13 The aim of the present study was to gain a deeper understanding of how FAP affects life by exploring patients' views of what it is like living with the condition and having to be committed to a lifelong screening program.
n Methods Participants Forty-three of 90 patients at the outpatient clinic at the Swedish Polyposis Registry, Karolinska University Hospital, Stockholm, fulfilled the criteria for participation (aged 18Y75 years, having a mutation in the adenomatous polyposis coli (APC) gene, or meeting the criteria for classic FAP). Fourteen of the 43 patients invited agreed to participate. Characteristics of the participating patients are shown in Table 1 . Nine of the patients had children (n = 12); 2 of the children were younger than 12 years (and had not yet been tested for FAP).
Four of the children had tested negative, and 6 had tested positive (4 had undergone prophylactic colorectal surgery, and 2 were on the endoscopic surveillance program).
Data Collection
Focus group interviewing was considered a reliable method to explore the beliefs, priorities, and perceptions of the 
participants.
14 Interaction between participants is seen as a unique part of the focus group method and is not found in other qualitative methods.
14 A semistructured interview guide comprising questions about how FAP affects life was used. The guide was based on results from previous studies and clinical experiences. Although the purpose of this study was to explore the patients' views, the moderator encouraged the participants to bring up any relevant issues. The participants were divided into groups by age, and 3 focus group interviews were conducted. Group 1 included patients aged 20 to 30 years (n = 2, 1 male patient); group 2 included patients aged 31 to 50 years (n = 6, 1 male patient), and group 3 comprised patients 51 years and older (n = 6, 2 male patients). The reason for dividing the participants was that they would hopefully find similar interests and concerns in life and that this would make it easier for them to disclose and explore issues of high priority.
14 This was considered to be especially important for the youngest group (aged 20Y30 years) as treatment has changed since the endoscopic surveillance program for FAP patients was introduced in the early 1960s. 3 It was also important for the older participants because of the risk of having had traumatic experiences during childhood due to the death of parents from colorectal cancer, not generally shared by younger patients. 15 The moderator started each focus group interview with an introduction to the aims of the interview. All 3 focus group interviews were conducted by 1 moderator (L.W.). The interviews lasted 2 hours and were audio taped.
Content Analysis
Data from the focus group interviews were transcribed verbatim and analyzed using a descriptive qualitative content analysis method. 16 The analysis was performed in the following steps. (1) The transcribed material was repeatedly read to gain an overview, with words and sentences having similar meanings being identified and coded. (2) The codes were classified into categories that reflected their central content, and the categories were then divided into subcategories. (3) During the analysis process codes, content of the categories and subcategories were discussed among the first author and coauthors (K.F., C.P., L.W.) until a final agreement was reached. 16, 17 An illustration of the analysis process including quotes is shown in Table 2 .
The letter sent to potential participating patients stated that future care would not be affected if the patient chose to decline to participate in the study. The participants gave their written informed consent after having received information about the study. Ethical approval was obtained from the Regional Ethical Review Board in Stockholm.
n Results
The focus group interviews provided rich data from which an analysis both within and across groups was undertaken. All areas in the interview guide were more or less frequently discussed in the different focus groups. Participants in the youngest group discussed the issue of what made a job suitable in relation to the restrictions that come with FAP, to a greater extent than participants in the 2 other groups. The difference noted could probably best be explained by the fact that participants from the other 2 groups had made their job decisions many years ago or were already retired. Another issue discussed more frequently by the young participants was related to family planning, in terms of ''is it okay to pass on the disease to future children?'' This was not expressed by participants in the oldest focus group, where some of them had had their children before they knew they had the disease, and some had already made a final decision of refraining from having children. Some of the participants in the oldest group had experiences of having a diagnosis of the disease and having to undergo the prophylactic surgery almost at the same time, expressed as ''everything happened so quickly, I didn't understand anything'' and ''it took me several years to accept that I had an illness.'' This was not expressed in the 2 youngest groups, which can be explained by the progress of the surveillance program for patients with FAP. The participants appeared to value the opportunity of discussing their feelings and experiences of what it is like living with FAP. This was especially noticeable in the 2 youngest focus groups where sharing experiences and ways of dealing with practical and psychological concerns were discussed to a greater extent than in the oldest focus group. The content analysis resulted in 2 categories related to the participants' view of what it is like living with FAP. These categories were concerns in life and managing life.
Concerns in Life
A recurring finding throughout the data was participants' concerns in life due to living with FAP. Within this category, 3 subcategories were identified: living with a hereditary disease, living with a lifelong disease, and life after prophylactic surgery.
LIVING WITH A HEREDITARY DISEASE
Concerns in life related to living with a hereditary disease were exclusively related to the biological family including parents, siblings, and other relatives, as well as for future biological children. One issue, mainly discussed by participants from the 2 youngest groups, was concerns related to the risk of future children getting the disease. This was an issue often discussed in a contradicting way when most participants expressed that they absolutely did not want their children to have FAP and therefore refrained from having children of their own or would use the possibility of screening and consider having an abortion to avoid having a child with FAP. On the other hand, participants also argued for the right of having children when having a hereditary disease. This issue also evoked thoughts about the worth they assigned to their own lives. Concerns related to experiences of family members with FAP were discussed throughout all groups. Being brought up in a family where 1 parent had FAP was a risk of getting a negative view about the disease, which could have a major impact on one's own outlook in life and management of the disease. Concerns were also related to other family members' risk of deteriorating with the disease or the risk of having to undergo additional surgery. Apart from concerns for the family members' well-being, these experiences were transferred to participants' own lives and future outlook since they compared themselves to the family members.
LIVING WITH A LIFELONG DISEASE
Concerns related to living with a lifelong disease were expressed due to the fact that FAP is quite a rare disease. The participants expressed feelings of mistrust and injustice because of authorities' lack of knowledge and interest in FAP. When comparisons were made to other chronic diseases, such as diabetes, they felt that nobody was interested in learning more about FAP, and when researchers actually made progress, there were never any positive results for them as patients. The rare disease also created concerns when talking about the disease with family and friends. Most participants were open about having the disease but refrained from sharing emotions about it. Difficulties expressed were the risk of scaring people away and that people would not understand anyway. An experience shared by almost all participants and frequently discussed was related to healthcare providers' lack of knowledge about FAP. Feelings of loneliness and of being unsafe were related to this experience since healthcare providers were supposed to be the ones with the best knowledge of FAP. Other feelings expressed were feelings of being angry and irritated when healthcare providers lacked interest in learning about the disease or did not want to listen to the patient.
LIFE AFTER PROPHYLACTIC SURGERY
The last subcategory identified causing concerns was related to life after prophylactic surgery. It seemed that the prophylactic surgery was like a ''turning point'' in their lives expressed as the reason for them feeling ill. One participant said, ''In our case, you are healthy until you have to have the surgery, and afterward, it is getting worse.'' ''Getting worse'' was explained as bothering symptoms from the intestine and changed food and toilet habits.
Insecurity of knowing what to eat without causing problems from the intestine was frequently discussed across the groups as well as embarrassing feelings when visiting toilets outside the home. This sometimes had an impact on participants' well-being and social activities. Another issue in life after prophylactic surgery was recurrent hospital visits because of the surveillance program that all patients need to be a part of after surgery. The hospital visits were sometimes expressed as a reminder of the risk of deteriorating in the disease, and some participants were worried from the day they had the notice to attend the examination until the examination was done and the result of the examination was given to them. Concerns were also related to the distressing and sometimes painful regular screening procedures such as gastroscopy, which was described as horrifying and very unpleasant. The laxative procedures and the preparation necessary were also expressed as disturbing for participants' social functioning. However, the major issue of concern related to the laxative preparation was nauseous feelings.
Managing Life
The participants' experiences of ways of dealing with life emerged as the other main category. Within the category, 4 subcategories were identified: dealing with a hereditary disease, dealing with a lifelong disease, dealing with changed food and toilet habits, and learning to live with FAP.
DEALING WITH A HEREDITARY DISEASE
One important issue discussed, mainly in the 2 youngest groups, was hope for treatment improvements for their children and ways of avoiding prophylactic surgery. Being brought up with FAP in the family as something positive or beneficial was seldom expressed in any of the groups, except for a few participants who expressed openness in the family and having a positive model, making it easier to talk about and adjust to the disease. In the oldest focus group, they discussed their life with FAP in comparison to the older generations, which made them see FAP as less severe because of improved treatment.
DEALING WITH A LIFELONG DISEASE
One issue brought up across the groups when dealing with a lifelong disease was different ways to handle concerns. It varied from thinking about positive things in life, buying a horse to make you occupied, developing a certain humor, and thinking that it could have been worse in comparison with other more life-threatening diseases. Another issue identified when dealing with the lifelong disease was the importance of finding ways to distract oneself while going through the endoscopic examinations. The ways differed between participants, and an interest in getting tips was shown, especially in the 2 youngest groups.
DEALING WITH FOOD AND TOILET HABITS
A way of dealing with food and toilet habits was the trial-anderror way. Participants described how they tried different ingredients or dishes to see what they could eat without getting problems from the intestine as well as experimenting with drugs to affect the stool consistency. Another issue identified across the groups when dealing with changed food and toilet habits was the way of planning social activities. The planning described varied from ''just little things to think of and not a big deal,'' such as bringing extra underwear when hiking or bringing extra stoma bandages when traveling, to more extensive planning. One patient described her planning before going to the movie theater by saying, ''I want to know exactly where the toilet is, usually I go 2 or 3 times beforehand, just to be sure that I can sit down during the whole movie.''
LEARNT TO LIVE WITH
The subcategory learnt to live with consists of expressions related to participants' acceptance of living with FAP. A feeling of acceptance was more often identified in the oldest focus group, who used expressions such as ''the endoscopic examinations feel acceptable'' and ''a feeling of independence with a stoma due to less need for toilet visits,'' than in the other 2 groups. A finding throughout the focus groups was participants' expression of a sense of living a normal life in between hospital visits. A sense of normal life was also expressed in comparison to others with chronic diseases as well as healthy persons, such as ''our lives are not different from others'' and ''we are not sick,'' as well as the view of not having a cancer disease.
n Discussion Living with FAP was associated with concerns related to the hereditary and lifelong nature of the disease, as well as to the prophylactic surgery performed on all patients to prevent colorectal cancer. However, the participants used many different strategies to manage their illness-related concerns. Having a genetic condition in the family can be burdensome emotionally, 18 but being brought up in a family with family members with FAP has also been considered as beneficial for patients with FAP, in terms of improved knowledge about the disease as well as better coping abilities. 19 However, our findings show that having a family member with FAP may also be a source of concern and worry for patients with the disease. This was especially expressed by participants from the 2 youngest focus groups, where concerns for family members were also perceived as a threat for their own health. On the other hand, participants in the oldest focus group sometimes compared themselves with the older generations who had died young of the disease and therefore felt lucky to be alive and protected from getting cancer because of improved treatment and care. Parents' worries about whether their children will inherit the family condition have been reported as a major issue despite genetic conditions, 18 as well as among patients with FAP or those at risk for FAP. 7, 9 Discussions in the focus groups regarding having biological children appeared to indicate that the participants felt compelled to justify their position not only to others, but also to themselves, regardless of whether the patient had children or wanted to have biological children in the future. Despite frequent discussions about ways to avoid passing on the disease, most participants wanted to have biological children. 7 Our findings indicate that patients with FAP could benefit from repeated genetic counseling sessions during their lifetime where they could discuss family planning issues. 7 In line with previous studies, 8, 9, 11 no one in the focus group interviewed expressed feelings of poor social support from family and friends, and most participants told others about them having the disease even if they expressed that they felt a bit uneasy about it. This was because of not only a lack of knowledge about FAP among friends as well as people in general but also people's reactions of fear to their explanations, which seemed to result in participants keeping emotions about the disease to themselves. Undergoing prophylactic surgery has previously been reported as a distressing experience for young patients with FAP 8 as well as for patients having an IPAA, where both the large intestine and rectum are removed. 11 Our findings indicate that it may be a stressful experience despite the patient's age at the time of surgery or the type of surgery performed. The participants shared detailed stories about their experiences of surgery despite some participants having had their surgery decades ago, indicating that having prophylactic surgery is a strong experience and a turning point in the patients' lives. The need for support in addition to surgery had not been met in areas such as stoma care, dietary restrictions, changed stool consistency, and general psychological support. Worries about future surgery were also expressed across the groups, and this has been suggested as a reason for delays in treatment and an increased colorectal cancer risk. 15 It has previously been reported that patients with FAP avoid certain foods after prophylactic surgery. where patient not only need to avoid certain foods to avoid intestinal symptoms but also have inadequate knowledge about what to eat without getting intestinal problems, as this changes almost on a daily basis. Although it is well known that both gastroscopy and laxative preparation can be related to unpleasant experiences, 20, 21 to the best of our knowledge, no study has ever been undertaken regarding how FAP patients tolerate repeated endoscopic examinations during their frequent visits to endoscopic units. It is common to hear patients in clinical practice complaining about the increasing anxiety that comes with the increasing numbers of examinations undertaken. This could be an explanation for the participants' predominantly negative experiences of gastroscopy in the focus groups, as all had a history of several examinations. The laxative preparation was the other source of concerns related to the endoscopic screening program, which resulted in difficulties in working during the preparation. Furthermore, the number of days of sick leave from work appeared to be related to how well each patient tolerated the laxative drug used. Finding individual strategies suitable for patients undergoing endoscopic examinations, such as the choice of laxative drugs to minimize days of work leave as well as conscious sedation for those needing it, 20,21 may be essential for patient compliance. Previous traumatic experiences of endoscopic examinations are sometimes expressed by patients in clinical practice as the reason for not coming to scheduled endoscopic examinations. When living with a lifelong disease as well as a hereditary condition, it is essential for patients to find ways of integrating the disease into their lives. 22 Patients in the focus group interviews discussed ways of managing all aspects of living with FAP to such an extent that it emerged as a category of its own. It seemed that the participants had successful ways of dealing with concerns related to living with the disease as almost all participants experienced living a normal life, even if some of them added ''despite the recurrent examination you have to undergo.'' Young patients with FAP or those at risk for FAP previously reported unmet needs when dealing with fears of developing cancer. 7 In the focus group interviews, none of the participants identified cancer as a threat to future health, despite 3 of the participating patients having a previous history of cancer. One explanation might be that the participants successfully choose not to view FAP as being cancer related or that patients participating in an endoscopic surveillance program conducted by a team specialized in FAP may feel safer and more protected from developing cancer, compared with patients with no access to a specialized team. Interesting findings not previously reported included the individual strategies used by patients to cope with unpleasant situations, such as the endoscopy examinations and problems due to changes in dietary and toilet habits. Further research is recommended in this area.
The rich data achieved from the study are an important consideration, indicating the appropriateness of the focus group method used, as well as the division of participants by age. The discussion in the groups was fluent, and the moderator introduced a subject from the interview guide only when participants seemed to have no more to add to an issue or did not come up with a new issue themselves. The participants represented all ages and both sexes and had experienced a variety of symptoms due to surgery. The same moderator (L.W.) performed all group interviews and was familiar with the research project as well as experienced in working with groups. Furthermore, the moderator took part in the data analysis, and the researcher analyzing the data had an extensive experience in clinical practice with FAP patients. All data were covered in the analyzing procedure and placed in suitable categories. 16, 17 The findings reflect the situation of patients at a specialized clinic in Sweden and may not be representative of the FAP population as a whole. The findings, however, may be transferable to other settings, and to facilitate transferability, a description of the context and patients' characteristics were included.
n Conclusion and Clinical Implications
Although concerns related to having the disease were found in many areas of life, patients seem to make great efforts in managing daily living. There may be a risk that healthcare providers overlook patients' life concerns as, overall, they cope well. Nevertheless, most participants expressed unmet needs, such as continuity of care by healthcare providers with good knowledge about FAP, practical and psychosocial support related to prophylactic surgery, FAP educational programs, and organized meetings with other persons with the condition. One important aspect of living with FAP shared by participants concerned ways of managing life concerns, something that healthcare providers caring for patients with FAP should identify and support. How the partners and children of patients with FAP perceive life considering that they are living with someone with the disease requires further study. Furthermore, research is needed on the strategies patients choose to manage concerns related to prophylactic surgery and their level of satisfaction with the healthcare available to them.
